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Abstract
A didelphys uterus is one of the least common of Mullerian duct anomalies that arise from abnormal embryological 

development of the Mullerian ducts [1]. Embryologic anomaly of one Wolffian ducts - causing unilateral renal agenesis- is 
additionally seen in 15-30% of uterine didelphys [2]. In this paper, we report a first presentation–in our knowledge- of didel-
phys uterus with complex malformations in mother of two kids. It’s about a 30-year-old Moroccan mother who successfully 
conceived and carried her pregnancies to term without complications. She suffered from chronic pelvic pain. The computed 
tomography scan revealed a left pelvic mass that was diagnosed as a mute pelvic kidney. The discovery of a didelphys uterus 
was fortuitous in pathological examination of the presumed nephrectomy. Indeed, we received an open cystic mass with 
thickened myomatous wall. Within the wall we found a rounded cavity with chocolate like contents. In histological examina-
tion, this mass corresponded to a uterine and endo-cervical wall, fallopian tube, residual ovarian parenchyma ovary and old 
hematosalpynx. There was no vagina. Thus, the final diagnosis was didelphys uterus, associated to ipsilateral vaginal and renal 
agenesis in mother.
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Introduction
Uterine anomalies are an uncommon Müllerian malforma-

tion with unknown etiology. Many hypotheses and theories involv-
ing genetic, environmental and pharmacologic issues have been 
suggested [3]. The incidence of uterine anomalies is believed to 
be 0.5-2.0% of reproductive-age women, with didelphic uterus 
accounting for approximately 10% [3]. Embryologic anomaly of 
one Wolffian ducts causing unilateral renal agenesis is additionally 
seen in 15-30% of uterine didelphys [3]. In the majoriry of the 
cases, it is associated to obstructed hemi-vagina which is referred 
to as Herlyn-Werner-Wunderlich syndrome [2,3]. In our paper, we 
report a firth case - in our knowledge- of didelphys uterus, associ-
ated to ipsilateral renal agenesis and complete vaginal agenesis 

in mother of two kids. Through this presentation we discuss the 
clinic-pathologic features of this uncommon entity. 

Case Report
It’s about a 30-year-old Moroccan mother of two kids, who 

successfully conceived and carried her pregnancies to term with-
out complications. She attained menarche at the age of 13 years 
and had regular menstrual cycles. She suffered from chronic pelvic 
pain without any other functional sign.

General physical examination showed no abnormalities. 
Laboratory tests, including complete blood count and urinalysis 
were normal. Vaginal and speculum examination revealed a nor-
mal vaginal opning. No rudimentary hemivagina, transverse, or 
vertical septum was identified. In the pelvic ultrasound, the left 
kidney was not visualized. Computed tomography scan revealed a 
left pelvic mass that was diagnosed as a mute pelvic kidney. The 
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left renal lodge was empty with a compensatory hypertrophy of the 
right kidney (Figure 1). Thus, an open radical nephrectomy was 
arranged. The discovery of a didelphys uterus was fortuitous in 
pathological examination of the presumed nephrectomy. 

Figure 1: (a) Pelvic Computed tomography scan shows a solid left 
latero-uterine mass (11 cm in diameter) with cystic component. (b) The 
left renal lodge * is empty with a compensatory hypertrophy of the right 
kidney.

In our labroratory, we received an open cystic mass with 
thickened myomatous wall (11 cm in diameter). Within the wall 
we found a rounded cavity measuring 4 cm in diameter with choc-
olate like contents (Figure 2). 

Figure 2: Grossly, the pelvic mass corresponds to a thickened myomatous 
wall of uterus (11 cm in diameter) with the presence within the wall of a 
rounded cavity measuring 4 cm in diameter with chocolate like contents 
corresponding to a hematosalpyx and a section of fallopian tube.

In histological examination, this mass corresponded to a uterine 
and cervical wall with fallopian tube and residual ovarian paren-
chyma (Figure 3). 

Figure 3: Histological examination shows a uterine wall with endome-
trium and myometrium (a), endocervical wall (b), fallopian tube (c) and 
ovarian parenchyma (d) (Hematoxylin-eosin, original magnification x 10).

The rounded cavity corresponded to an old hematosalpynx 
composed of chronic hemorrhage with hemosiderin laden mac-
rophages, fibrosis, foci of necrotic tissue surrounded by histiocytes 
and areas of chronic inflammation (Figure 4). 

Figure 4: Histological examination shows also a hematosalpynx that ap-
pears as a cavity with chronic hemorrhage (a) foci of necrotic tissue *, 
hemosiderin laden macrophages, fibrosis, and chronic inflammation(b) 
(Hematoxylin-eosin, original magnification x 10).

No squamous epithelium, which is normally found in trans-
formation zone, exocervix, and vagina, was identified Thus, the 
final diagnosis was a left didelphys uterus with hematosalpynx, 
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associated to ipsilateral vaginal and renal agenesis. The postopera-
tive course and follow up were uneventful.

Discussion and Conclusion
Complex malformations of the female genital tract are rare 

and often incorrectly identified, inappropriately treated, and some-
times incorrectly reported [2]. The incidence of uterine anoma-
lies is believed to be 0.5-2.0% of reproductive-age women, with 
didelphic uterus accounting for approximately 10% [3]. In most 
cases, the etiologic factors are unknown. A didelphys uterus is one 
of the least common of Mullerian duct anomalies that arise from 
abnormal embryological development of the Mullerian ducts [1]. 
In the embryo, the Wolffian (mesonephric) ducts and the Mullerian 
(paramesonephric) ducts are the two paired urogenital structures 
from which the internal genital organs and the lower urinary tract 
derive. The fallopian tubes, uterus, and the upper two-thirds of 
the vagina develop from the bilateral Mullerian Ducts [2]. As a 
result of any interruption in the development of this embryologi-
cal event, different types of uterine anomalies can arise, such as 
agenesis, hypoplasia, unicornuate, didelphys, bicornuate, arcuate, 
and septate uterus. 

Ipsilateral renal and Mullerian duct anomalies were pro-
duced following the destruction of the caudal portion of the me-
sonephros: 

On the affected side, Mullerian ducts cannot fuse, resulting in •	
a didelphic uterus, and cannot come into contact with the uro-
genital sinus centrally, forming two separate vaginas with one 
obstructed, which is referred to as Herlyn-Werner-Wunderlich 
syndrome [2,3]. It is characterized by the triad of didelphys 
uterus, obstructed hemivagina, and ipsilateral renal agenesis. 
Our patient had a vaginal agenesis and not obstructed hemiva-
gina. This presentaion, would it be a form of Herlyn-Werner-
Wunderlich syndrome? We did not find an answer in the lit-
erature since there is only one similar case reported [4].

Embryologic anomaly of one Wolffian ducts may cause uni-•	
lateral renal agenesis. This anomaly is additionally seen in 15-
30% of uterine didelphys [2].

The clinical presentation of didelphic uterus varies in pa-
tients with uterovaginal anomalies and renal agenesis; they present 
at a mean age of 17 years (range, 11–38). Typically, the onset of 
symptoms occurs 1–2 years after menarche. Symptoms at initial 
presentation include lower abdominal pain, dysmenorrhea, foul 
and mucopurulent vaginal discharge, and irregular menstruation 
[5]. The literature available on the didelphys uterus is quite limited 
at the present time. Therefore, more studies are needed in order 
to better determine the reproductive and gestational outcomes [1]. 
The fertility of women with untreated didelphys uterus has been 

shown by some sources to be better than those with other Mul-
lerian duct abnormalities but still less than women with normal 
uterine anatomy. There is also an increased risk of spontaneous 
abortion, fetal growth retardation, and prematurity with an esti-
mated 45% (or lower) chance of carrying a pregnancy to term in 
comparison to a normal uterus [4,5]. Finally, in our case, there 
was no problem of fertility or postoperative complication but we 
emphasize the importance of the early detection of Mullerian ducts 
abnormalities in women with urogenital anomalies for avoiding 
the misdiagnosis and for appropriating the management.
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